
This aorning I asi going t o  t e l l  you about t h e  c l i n i o a l  ryndrorne i n  
The components of which I hare been much in t e re s t ed  for  several  years, 

t h e  syndrome are i n t e s t i n a l  polyposis and mslanin spot6 of t h e  buoorl 
mo~osa, l i p o  end d i g i t s .  I w i l l  tell you about t h e  Fire 0 ~ 8 6 s  I hare 
atudied nplaelf' and about f i v e  case8 of Dr. Leghsrr with whom I have pooled 
case material. You will see that t h e  polyposis of this syndrom OCOWI 
chu 'aOter i r t ioa l ly  in t h e  mal1 i n t e s t i n e  although the e n t i r e  length of 
t h e  0.1, tract% ~gsiy be inrolred.  
v a r i a b i l i t y  i n  the e a s t  of the melanin spot t ing,  although spo t t ing  of 
t h e  mouth pa r t i cu la r ly  t h e  buccal mucosa i r  a sins qua non of t he  
pigmentary por t ion  of th erynilroms. Finally you w i l l  see t h a t  although 
sporadic cases occur t h e r e  is  ample evidence that this syndrome i s  
heredi tary being tranrstaittd as a Urndelian dominant. 

Furthermore t h e r e  is considerable 

(Casta 1) I 13aw qy first case of t h i o  syndrom in $946. 
mulatto boy ftoaa here in  h l t i m o r e  war 15 years old a t  that tiitlo. 
pa t i en t  had suiphred a l l  his  l i f e  from complications of i n t e s t i n a l  
polyposise A t  the age of 8 nronths he began t o  hare repeated prolapse & e  
t o  polyps and th io  mnt inued  o l f  and on u n t i l  t h e  age of 4 when t h e  lest 
r e o t a l  palyp RIO f i n a l l y  reAllOTed. But a t  t h e  age of six he began t o  hare 

at taoks of severe periu8Pbiliorl pain alrcost monthly. 
come on after sating a p a r t i o u l v l y  hewy m e a l  and w e r e  frequently 
accompanied by vomiting. Final ly  in the f a l l  of 1946 the pa t i en t  had a 
par t i cu la r ly  severe a t t ack  and wa8 admitted t o  the ward8 of the Ropkins 
Eoopital ,  intuldsusosption hrring beau f i rs t  ruspsctsd. A t  operation 
a rsry l a r g e  in t rasuscept ion  of ileum i n t o  ctoloa as far m t h e  t ransverse  
colon was found. Some 2 feet of ileum and the colon aa far a$ t h e  mid- 
t ransverse  por t ion  was remored, 
t roub l s  were found i n  t h e  ileum por t ion  of We S p 6 0 ~ i ~ 3 ~ 1 .  Six months af'ter 
that adslissioq in- 1947 the p a t i e  begun t o  hare d i re ine r s  end 8.o.b. 
on dimere axarS&im. 
hypochronrio anelnia w i t h  a €&bo of 4.0 grams, a MCV of' 56, MCHC of 23. 
Stoolo were oons is ten t ly  pos i t i ve  for oooult blood. 
h p c s s i b l e  to 1ocrrlfee t h e  polyps he was b e l i m e d  almost ce r t a in ly  t c  hare 
00 fur ther  surgery was dons a t  t h a t  t i m e .  Ferrouo s u l f a t e  and t ransfus ion  
returned the blood p i c t w e  t o  normal. 
admitted for inta~m5usosfrtien. 
and these por t ions  of the i n t e s t i n e  reseatd. 

Tho pa t i an t ,  a 
The 

These tended t o  

Two polyps presumably cauae of the 

Emminetion them revealed a $mere microcytia 

However s ince  it was 

In- 1348 the  pa t i en t  a%$ again 
Two groups of polyps w e r e  f e l t  i n  the  jejunum 

In 1946 it w a ~  fk@t noted that th i l  boy hrs a pecul ia r  pigzientary 
a n o d y .  
t h i a  phobgraph. 
t h s  spots on the bwoal auwsa. 
spa t  on the pIlk0 wad biopsied, 
history of intert inor1 t r o u b l s  o r  t h i e  pigmentary pnoaaly could be 
elioited,  
1947 the second of these  0 0 8 ~  09818 t o  my a t t en t ion .  
year o l d  girl f rom South Carolina. 
Hospital admisrion a t  the age o f  6 years,  because a f  anenia, &Ala 8bd0 
pain with eccaoional severe a t t acks  and run-do- oondition for 18 ntenths. 

The rpo t t ing  of the outsid6 of the l i p s  is q u i t e  apparent froa 
This  photograph shows mre of t h e  l i p  spots and aloe 

And hers are the spots  on t h e  d i ~ i t s .  This 
Incidental ly  i n  t h i s  pa t ien t  no family 

This is t h e  only person with negro blood and t h e  syadrom. In 
T h i s  we8 a 15 

There had been one previous Ebpkinrr 



The pigmentary anomaly was described then but i ts  d i a g m t i c  
s ign i f icance  not apprmiatsd.  The abnission diagnosis was Meckrl*r 
divorticulunt. While in t h e  hosp i t a l  %)rr intuosurception and a t  operation 
two ilea-ileal intusrueoeptions and a t o t a l  of  3 l a rge  polyps ware found. 
Thereafter the  patient did w e l l  u n t i l  1946 when s b  began ts l o s e  weight, 
Belt weak much of' t h e  t ine  und f i a a l l y  i n  the sumor  of 1947 her old 
a rmpy abd. p i n  retuned, 
Two polyps wero Pound in t h e  stoplpch. 
resection. Others were palpated in  d i s t a l  jejunum and praminal ileum 
and four fee of thir par t  of the gut was resected.  
were found i n  it. 

t roncreree  calon a t  operation. 

8he we8 thoroughly explored in- 1947. 
These were rmoved by e l i p t i o a l  

Eight l a rge  polyps 
The pa t i en t  hau done very w e l l  s ince  t h a t  t iae  i n  

opite of t h e  f a a t  that it was thought that polyps could be fe l t  i n  the 

%'hi8 p i c tu re  s h w a  t h e  spa te  of t h e  outs ide  o f  t h e  l i p s ,  pad t h e  
nsxt two are the spots of  the b u c c d  mCfo811m Agailp i n  t h i r  ea88 no 
family history of i n t e s t i n a l  t roub le  or pigmentary anomaly can be elicited, 

The nsx t  t h r e e  aaaes of t h i r  syndroIlle are Bpsmbers of the acme family. 
In t h e  opring of I948 ftr. idark Wit&, a l o c a l  surgeon, waa spenking t o  
the liarrisburg, Pa. , BIedical Society on intussuscept ion and m a t  ioned 
a i r  syndrome i n  which we had been in te res ted ,  
Clarence bore a R u r i r b u r g  6 W g € ~ n  t o l d  I3r. Rul i tch  he had operated on 
three IPBBibers of one f n s i l y  for  inluuouscteption due t o  rem11 i n t e a t h a 1  
polyps, t h r n t  a l l  three had spots an t h e i r  l i p s ,  and t h a t  he would be 
happy for  me to study these oaoesr 
D r ,  Moore had the three pa t i ea t e  c m e  in t o  his office, I r tudied the 
operat ive notes  and hi6 to logic  r e c t i o m ,  and I exmined t h e  pa t i en t s  a d  
got photogrnphs of them. T h i 8  i s  tke only one I hare a l an te rn  slide of,  
T h i s  pa t ien t  had had almoot da i ly  "bellyachesM f r o m  an ea r ly  age and 
f ina l ly  was operated QII by Lk. Jhore a% the  age of 18, a t  age of 22 and 
at  age o f  27 for acute i n tu~ruocep t ions .  mch tine s e e t i o m  of ma l l  
i n t e s t i n e  containing polyps being; removed. 

A f t -  h i s  t a l k  Dr .  

I went t o  b r i s b w g  soon t he rea f t e r ,  

A sister of this p a t i e n t  began to have crmpy abdominal pain i n  
her teem and was operated on a t  age 16 with discovery of polyps in t h e  
j@jUnUg, a segmnt Of dlitrh -8 reencrved. 

And a brother of t h e s e  two pat ien t8  had abdominal p i n  e8p. a f h r  
sating begin a t  age og 20. 
intussuscept ion wi th  dieoorery of polypu of tho jejunum. 

A t  age 22 he wa6 sptarated on for 

The spo t t ing  in these t h r e e  oases was almost i d e n t i c a l  and thir 
p i c tu re  oerves t o  demonstrate the degree o f  p igamta t ion  in this family, 

A t  the tiae X exmined these pa t i en t s  a brother pnd sister wore 
said t o  hare no pigmentary mo~aaly and to be free of abd. complainto. 
However, i n  of t h i s  year the ftmale pa t ien t  wrote tha t  the 
yowager brother ,  22 yr. old  while away a t  work had been se ized  with an 
&cut6 abdominal rttack, had been operated on 811 acute  appendici t is ,  but 
found to  hawe inturrusoept ion due to  polyp8 fw whiph resec t ion  wa8 done, 
Bowenor, the pat ien t  d ied  2 days following operat ion due t o  unclear 
aawes. The pa t i en t ' s  f a n i l y  as fa8 as thqy can r e c a l l  do not bel ieve 
th io  pa t ien t  had the c h a r a ~ t e r i r t i o  spots. 
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Dr* Earold Leghus formerly o f  Boston City floopital, now Professor 
of IsBdicine at Georgetown, 1ikewLss has col lec ted  75 cases of the symiro~e.  
This is one of  nis  caaes; a white g i r l  who died a t  age 14. lit the  age 
of 8 she was tiace operated on for iritusousception. 
frequent bout r  of diarrhea. Shs sueournbed t o  pneumzonia. Autop8y revealed 
polyps i n  the stomch, t h e  e n t i r e  length o f  what remained of the small 
i n t e s t i n e ,  end a s i n g l s  one Sa t h e  sigmoid aslon. 

Thereafter she had 

This pistwe shorts m t h e r  aad daughter both of whorp. had the f u l l  
syndrms. The mother began t o  ham increasing uonstipations a t  t h e  age 
of 39, beg- t o  bare incrsasing GonstipLLtion t o & h e r  with in te rmi t ten t  
reutal bleeding and lrtw r e o t a l  prolapse w i t k  protrusion of mass. 
rrericrs of operations was enbrrked upont Ileootoray, partial oolsctomy, 
f'ulguratfcn of rectosigmoid polypss etc. The pat ien t  developed nurnerou6 
rectal fistulas, mult ip le  peritoneal abscesses and f i n a l l y  died within 
a year of first sgnaptons, At autopsy the stonach, duodenum, Jejunm, 
ileum, and r w t w  all contained polyps, 

A 

This p i c t u r e  shows glother and h u g h t a r  bath o f  whom had the P u l l  
syndbort.. 
saw, The brother had a 10 yr. h i r t o r y  o f  in te rmi t ten t  abd. attacks.  
Appe-ndsutnay was dons during one such at tack.  A t  age 30 she was operated 
on far intussusception o f  t h e  ileum due t o  polyps. 
follow-up she had had no recurreszoe of spptorns. 

me Ioethsr was Q cousin of khe p a t i s n t  7Rh08e p i c t u r e  you j u s t  

A t  the tino of last 

The dlcughter a t  age 7 began t o  htal.6 recurrent  attaake o f  a m e r e  
crmpy abd. pain localieeci *t the  umbilicus. 
t o  the Boston Childrents & s p i t a l  i n  a severe a t tack  of t h i s  descr ipt ion 
andm laparotosn3; rcas found t o  ham a j s j u n o i l e a l  intussusoeption. 
Pos toper&irely sne developed pneuiniaia, 6mpya.m and p e r i t o n i t i s  and 
died. 

A t  age 9 she w a s  admitted 

A t  autopsy the stonraoh, emtire saaall i n t e s t i n e  and rectum showed 
POlYPS. 

This is the pic ture  o f  a case of t h e  syndrome which was sent ue by 
Ivr, Ranoasco Bonchese of Provident. Fiowheee i o  a very wide-amke 
deraa to logis t  who is perhapa beet known for  h i s  publications on 
ocouprrtional Btigmata, This was a 21 yr. o l d  white g i r l  who before 
she was first admitt& t o  the providence flospital had had intermit tent  
abd. pain consis tent  with intussusception far 3 aos.  On la-atomy 
during such aa attrak intussueception of t e m i n a l  ileus i n t o  the  colon 
was found. The  polypoid growth causing the intuseusoeption was m i d  t o  
be adencs-oprcinoraa his tological ly .  I think this is dubiaue,. Feur 
years after this first operation symptom recurred, and laparotomy with 
remeoral of polyp8 froa both stoaach and ileum were perfomed. To date 
the pat ien t  has done w e l l ,  

In addi t ion  to these 10 ca8es I&. bghus and I have eeen 3 other 
ct%1es during %he paot (Iwnclr. 
Hospital by one of  D r ,  Leghu5' skudents who is b t e ~ n i n g t b e r e .  Two 
others were raoognized a t  t h e  P r a t t  Diagnostio & s p i t a l  in Boston within 
a few rttonths of erch other, All three of t h s s e  catsee have the f u l l  
syndrarae, i.8. f'rqum€ intussuscepticns and chronic anemia from Q.1, 
bleeding in addi t ion  t o  epots-  
aase. 

(xle was picked up a t  the Bethesda Naval 

This ahow the rspotting o f  t h e  hkds  i n  this 
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6a t h e  bas i s  o f  there t h i r t e e n  or fourteen c w e s  we are attempking 
t o  nai l  down R syndrome never beforrs dsscrigted ae suclh i n  t h e  Ehglioh 
l i t a r a t u r e .  In fac t  knfluencm ia the coninentrl  l i t erabra  as well is 
qui*@ scanty and, I fsar, unconvincing, 

It has taken u(1 3 years to secsclh the literature i n  a deta i led  
fashion for  references t o  the associat ion of polyps and spato,  It 
has taken so long mainly beorruse referenoass t o  the assoc ia t ion  are for 
the Piost p a r t  buried a5 mer@ notes deep i n  the voltminous surgical 
l i terature OD. polyposis o r  the equally relminous dwmatoiogicr 
literature on pigasntary anmaliee.  By supplarpanting the publicationa 
we found with comunieationrs from the  authors we haye a o c m l r t e d  a 
t o t a l  of 2 1  cases, proven, probable, OT possible i n  addi t ion  t o  our 
o m  oases. 

It was Llr, Chester !Lester who a P t e  seeing some of our c;a8eo, 
reca l led  that t h e  piC;leentrry part of this egndrorne was desoribed a8 
an isolated cur ios i ty  by S i r  Jormthm Hutchinssn of Eutohinson t r i a d  
fame in his Archire8 o f  Surgery f o r  1896, Ik. Keeff'sr is a medical 
bfbl iophi le ,  has a very valuable aoLleotion o f  pre-1900 mediua l  
l iteratwe, aslong these  books Hutohitmontr Archives, Hut obinoon wa8 
a fascinating ofrar&scter. 
biegraphy, Hie Amhive8 o f  Surgery we8 an maua1 a f f a i r  t o  whiah he 
WPO the sole contributor.  The r e d t h  of c l i n i c a l  reaterial beaut i fu l ly  
i l lusi t ra ted w i t h  c o h r e d  p l a t e s  is  fabulous. I came across these 
Cmmrko of Sir Wifllara Otlter in eulogiiing Eutchinoon. T h q  a-em 
appropriate in thic particular s i tua t ion ,  

I wish there ware time t o  d i l a t e  on h i s  

'"iien anything turn8 up which 3s rrrpom~lous or peculiar,  anything 
upon which the t e x t h k e  are s i l e n t  and the s y a t m s  a d  cyclopaedias 
are dumb, f tall my students t o  turn t o  t h e  mlurpsc of aBr. Hutohinson't 
Archives of Sure;ery,decs if it is not  mentioned i n  them, we are surely 
dealing mith aoslerthfng very nruch out of  t h a  conHBLdn.@ 

Sarcoid, tarnperel arteri t is ,  lupus erythsmeatous d i 8 8 ~ ~ i n a t ~ l  are 
but a few o f  the  conditions he deecriber i n  deta i l .  

. Tfria ie a copy of the colored plats rhiah Butohinson published in 

Butohinson did not know about 
1896 shoninp; twalp. yr. o l d  t d n s  with the -at pigment anonraly I h a w  
ahom so amy exaaaples o f  this morning. 
my polypasis for  ha wrotet  
not i n  any pettire senm patholoa,ioal we may safely assume for they 
appear t o  ba not ~ g g r e s s ~ v e ,  and t h e i r  subjeots remain i n  perfect; health," 

= T h a t  they (referring to t h e  spots) are 

In 1919 F. Ptwkes Weber published a f o l l e r u p  on Eu%ckinsonts t.lpfno, 
A l t h  one was living aad well one nad died a t  t h e  age of 20 of 
intuesuaosption, 
rsynbae d e s w i b e r  from way h o k e  
epirane, Re'trer-Christi*nte diswse and a Izuuber o f  other uozxiitions 

t h a t  bar hi5 1?Isae. Dr. Weber is s t i l l  l i v i n g  at age 86, in fa& s t i l l  
8888 pat ien ts  i n  h i s  consulting room3 at #13 pfarley St.  i n  London. I 
wrote t o  lk. Neber and i n  h i s  let ter of r m l v  he stated t h a t  the.Bather 

F, PsrarkrPs ?Yebtvr is m i n t e r e s t i n g  oharacter too, R 
It was ha who desoribed Weber-Sturgss 



oopy of t h e  death c e r t i f i c r t e  of the twin who had died of intusausaeption 
at uge 20. 
one CtoM't  ordimwily get intussuseeption without polyps or carcinoma. 

It s ~ ~ p f l l i  almst a e r t a i n  t h a t  twin had polyps sinoe at age 20 

D r e  Fwaran, dsnaatologis t  a t  Guy'u % s p i t a l  T i s i t e d  fZopkins i n  1941 
and saw the odored boy with  syndrome who I showed you f irrt .  He very 
kindly t racked down \-bBrother of thb twins and gat fr& 
h b  the rtiory that the seaaad %win had died of carcinoma of the breast 
at the age of 58,  tht no other members of t h e  P d l y  have had either 
the pigment; a n o d y  or i n t w t i n a l  troubles. 

The next raference t o  t h e  syndrolne ie an obsorure Dutch journal by 
Pentx BL;~ i n t e r n i s t  of t h e  hgue in 1921 
ssvarsll mmbero wem involved. a6 deecribes 4 io hi8 o r i g i n a l  publication. 
ilr. P m t t  was kind enough t o  send m e  Arrther oboemations on t h i s  stme 
family i n  which he har found 7 ~ ( ~ 8 8 8  of the f u l l  syndrome, I shun t h e m  
photogr#phs whfcth Dr. Pentt sent Hte of mother and son@ with t h e  syndront, 
to show haw very extemsively the face m y  be involved, 

He published a family i n  w h i &  

Under the t i t le   oar^^^ of the Srvall I n t e s t i n e  in Fatbw 

dmmribed i n  1935 father and daUe who within a few =OS. of each other  
developed intussusception due to polypoid tm6rs in t h e  je;Yunum 
diagna8ed odes# CQ. by his  pathologist. H% sakes t k e  remark t h a t  bath 
had spotting of the l i p s  but he published no photographs, This is 8 
p h a t q r a p h  of t h e  daughter he mi8 good enough to  send me togrtherrwith 
other fb l lwrup  xiaterial. 

&LUghtWsD Post= of v ie  Llahwh &Spital  i n  Cardiff, ikleS, 

In 1946 i n  the Prssss &dieale Tourcrine a dsrraatolo@jst in Paris 
published a oase QF t h e  P u l l  oyndrome, This is h i s  case. This is t he  
in s ide  of t h e  mouth in his  case. 

There are other saattered reports ,  One for instance from and by 
a Dutch surgeon of Indonesian sisters wi th  t h e  f u l l  syndrom. 

T h i s  s l i d e  damnstrates several things, (1) These people get  

(2) 

(3) 

into trouble fkozn their polyps in t h e i r  t@cena or  *-ties. 
There is a s l i g h t  predorainantte of females i n  the 10 cases we 

There iar a wide ethnologic spread. 
h r ~  S t u d i d  in datai l .  

One of' our case8 wa8 negro. 
Cases h-ra been described i n  E'renohepll, Dutahan, melsh, hgliehaen, 
and Indonesians 

(1) 
( 8 )  
(6) 

About half the, wiles have f d l y  histor ies .  
There i s  oaaaeional g6llig;nant degeneration, 
Polyp o f  t h e  sgall i n t e s t i n s  are invariable. 

The poIp8 of t h i s  syadro~u3 are i n  110 way d i s t i n c t i v e  his tological ly .  

Thier s l i de  $how& e i p i f i c a n t  charactterist iao of the  pigmaatation. 
Erolvaszrt of the lpouth and l i p s  is a sine qua non. 
a r e  of dark coqAexion, 

A l l  these  patiento 

The hi8t;ology of these spots  based on biopsy in my negro pt;  is very 
in te res t ing .  The pigramt deposi ts  o c c v  in bandr t ravers ing  a l l  layers of 



fn addit ion to the faot  that some cases in theae Paaiilies have cnly 
s ots %his l a s t  s lxtemnt i s  based on a case I m w  in the PQPC at; Rapkina 

ago. The patieat was o 50 yrc old w o x m  fro= W i o s  City, 
had spots h i a h  appeer to haw a11 the eharaoteristics of' those seen 
ia th ie  syndrome, l k w e v s r ,  we could obkain no history o f  intestinal 
aolnplaiats nur any radiographin or sigmoidoscopic evidancls of polyps. 

She F l&. yr. 

I w a n t e d  to cal l  this syndrorne to the at tent ion o f  thirp group $ime 
it cuts across the interest a f  ae~era l  fields, that of the  gastro- 
entarohgirt ,  the dergarrtologi-fst, the o;urp;eon, the oncolocist, the  
dentiet, eito. 


